Necrotising fasciitis is a rare rapidly progressive, life threatening, soft tissue infection which spreads along fascial planes. We present a patient who was diagnosed with a primary cutaneous Diffuse Large B-Cell Lymphoma (leg type) following initial presentation as probable necrotising fasciitis. Presentation was of a painful swollen leg, septic shock and MRI findings consistent with the clinical signs. Diagnosis of necrotising fasciitis remains challenging and it is often missed in the early stages. Early fascial biopsy and histopathological analysis is useful in cases where the diagnosis is unclear. We feel that this case highlights these important issues and will benefit others in their management of similar cases in the future.
Introduction
Necrotising fasciitis is a rare rapidly progressive, life threatening, soft tissue infection which spreads along fascial planes [1] . If left untreated it is invariably fatal. A high index of clinical suspicion is therefore warranted. There has been a 5-fold increase in incidence over the past decade, with increasing age being an important risk factor [2] . It can be caused by group A Streptococcal infection often incombination with Staphlococcus Aureus. It may also be polymicrobial with several aerobic and anaerobic organisms implicated, including Bacteroides, Clostridium, Peptostreptococcus, Enterobacteriaceae, coliforms, Proteus, Pseudomonas, and Klebsiella. Presentation can occur anywhere in the body but the lower limb is most commonly affected, varying from 32% -58% [3, 4] . Diagnosis remains challenging and it is often missed in the early stages. Early fascial biopsy and histopathological analysis is useful in cases where the diagnosis is unclear. Magnetic Resonanace Imaging (MRI) may also be useful as it can differentiate between necrotising fasciitis and cellulites [5] .
Case Report
A 82-year-old male who was referred a local district general hospital with a two week history of pain, redness, swelling and bruising of his left medial thigh; (Figure 1) . He had failed to respond to standard intravenous antibiotic therapy for a presumed diagnosis of cellulitis. Upon presentation the thigh was very swollen and tense. There was no ulceration or other skin lesion noted.
Clinically he was in septic shock. His inflammatory markers were noted to be elevated (WCC 13.3, CRP 202), with a deteriorating renal function and markedly elevated lactate levels. Blood gas analysis showed a metaboloic acidosis. The patient was transferred to the intensive care unit (ICU) and commenced on intravenous Clindamycin, Ciprofloxacin and Vancomycin. Tissue for culture failed to isolate any organism.
MRI scan on the day of admission demonstrated skin and subcutaneous thickening with oedema of the posterior compartment crossing the fascial planes to the anterior compartment (Figure 1) . The muscles of the medial compartment of the upper leg were preserved but grossly oedematous (Figure 2 ). These findings in conjunction with the history were highly suggestive of a severe inflammatory process.
After resuscitation the patient underwent urgent surgical debridement under general anaesthesia. The intraoperative findings revealed overlying necrotic skin and fascia in the medial compartment of the thigh. There was thrombosis of cutaneous vessels. The underlying muscles were necrotic and there was extensive, purulent appearing exudate. Samples were sent for histology and microbiology. A presumptive diagnosis of necrotising fasciitis was made.
The patient was returned to ICU where he continued to phoma of the leg (PCLBCL-leg) was made after histological analysis of the fascia and attached adipose tissue showed diffuse infiltration by atypical lymphoid cells (Figure 4) . The proliferation of lymphoid cells shows so-called starry-sky appearance with the presence of large histiocytes phagocyting nuclear debris. Mitotic figures were also present. The atypical lymphoid cells showed CD20 and BCL6 positivity. He was referred to the haematology service, but he continued to deteriorate in ITU and died before chemotherapy was commenced.
Discussion
Necrotising fasciitis typically presents with early signs of hot overlying skin, intense erythema, small serous bullae, and firm induration signifying underlying fascial involvement but may appear as mild cellulites [6] . Connective tissue and fat is broken down by hyaluronidase and lipases released by bacteria which allows rapid spread of infection along fascial planes. Aggressive debridement is the fundamental principle in the treatment of necrotising fasciitis [7] . The value of obtaining a fresh frozen biopsy is evident not only in terms of improved diagnosis but also survival [8, 9] . Various B-cell lymphomas can present primarily in the skin without evidence of extracutaneous disease [10] . Primary cutaneous large B-cell lymphomas [PCLBCLs] are responsible for the majority of these [11] . These lypmhomas are divided into three main subtypes; primary cutaneous marginal zone B-cell lymphoma (PCMZL), primary cutaneous follicle center-cell lymphomas (PCFCCLs) and primary cutaneous large B-cell lymphoma of the leg (PCLBCL-leg). PCLBCL-leg differs by being rapidly progressive, having a poorer prognosis, higher age of onset, and expressing bcl-2 protein in the vast majority of cases [10, 12] . The neoplastic B cells also express the B-cell-associated antigen CD20. PCLBCL-leg develop extracutaneous disease more frequently and patients have a 5-year survival of 52% compared with 94% with PCFCCL [13] .
PCLPBL commonly presents with one or both legs exhibiting a rapidly growing red or bluish tumour (Is it cutaneous or subcutaneous?). An elevated serum lactate deydrogenase has been identified in 11.7% of cases [14] . Approximately 25% of patients will develop extracutaneous disease at a mean time of 22 months while rarely lesions may present in a primary location other than the leg and carry a better prognosis [13, 15] .
Radiotherapy, chemotherapy and immunotherapy are the mainstays of treatment [17] . Regimens typically include an anti-CD20 antibody (rituximab) in comination with the antracycline based chemotherapy regimen CHOP (r-CHOP) [15, 17, 18] . Radiotherapy may also be considered particularly in presentations of a solitary small skin tumour. Relapse rates following radiation have been reported as 58% with extracutaneous progression rates of 30% [17] . Surgical excision is highly effective in PCMZL and PCFCCL with a similar efficacy to radiotherapy, however its efficacy is not well described in PCLPBL [19] .
This case highlights the need for urgent tissue diagnosis even when you think the diagnosis is obvious. Had an earlier tissue diagnosis been made Initial treatment of this patient with radiation and/or r-CHOP may have improved his prognosis. The presence of a raised lactate should also lead one to suspect cutaneous lymphoma. We therefore recommend that urgent tissue biopsy be performed in all cases of presumed necrotising fasciitis.
